S U M M A R Y Two brothers presented with a slowly progressive scapuloperoneal syndrome starting in early childhood. Initially there were myopathic EMG changes, but these changed to those of denervation. Neuromuscular biopsies at an interval of five years confirmed the neurogenic character of the muscle atrophv.
Muscle weakness and atrophy in scapuloperoneal distribution is a heterogeneous group of neurogenic and myogenic disorders with different modes of inheritance.' We report a scapuloperoneal syndrome affecting two brothers in whom diagnosis was made difficult by contradictory initial electromyographic and biopsy findings. A second evaluation, five years later, allowed the cases to be classified as neurogenic.
Case reports
The two patients were the second and the fourth sons in a sibship of five brothers. Information concerning the family was limited. The parents were not related. The father died at the age of 35 years from a brain tumour. Six brothers of the mother died of unknown causes shortly after birth or during the first year of life. In the sibship, three brothers, respectively aged 18, 14 Comparison of the morphological data led to the conclusion that the changes were purely neurogenic.
The mother's brothers died shortly after birth which makes it unlikely that they were suffering from the same disorder. Although only two brothers appear to be affected in this family, none of the clinical features of the X-linked scapuloperoneal syndrome, are present. We think our cases are examples of the recessive neurogenic type of scapuloperoneal syndrome. The provisional character of such a classification must be emphasised since the exact pathogenic mechanisms and molecular defects responsible for these genetic disorders remain unknown. 
